Pco, (7.1 KPa).
Respiratory function tests showed severe restrictive and obstructive lung disease with notable decrease in compliance: forced vital capacity (FVC) -38%; residual volume (RY) +93%; forced expiratory volume in 1 second (FEV I) -79% and FEVIIFVC 25% of predicted values. These findings were not modified by corticosteroids, bronchodilators, beta-2-stimulants or antibiotics. Chest X-rays showed a fine interstitial infiltration with micronodular diffusion.The bronchial tree was normal and hilar adenopathy was absent ( Figure 1 ). A pulmonary biopsy was performed after clinical improvement of right heart failure by diuretic and inotropic therapy. Macroscopy showed many small spherical cavities with maximal diameter 1 mm on the cut surface; microscopyshowed diffuse nodular proliferation of the pulmonary architecture by spindleshaped cells, organized in small bundles and solid nests. These latter protruded as pseudopolypoid structures into the lumen oflymphatic vessels, which were extremely dilated. Immunofluorescencedetection of immunoglobulins, complement and fibrinogen was negative. These pathological and histochemicals findings were consistent with diagnosis of PL. Histochemical investigations for the detectionofprogesterone receptors (method described by Lee') were negative in lung sections (though positive in normal breast tissue surrounded by ductal adenocarcinoma used as control).
The absence of progesterone receptors in the pulmonary tissue and any gynaecological pathology led us initially to give the usual cardiokinetic, diuretic and antibiotic treatments, and myorelaxant therapy instead of hormone therapy. These improved the cardiovascular picture only for some months. In February 1983 progestin-antioestrogen therapy was started (tamoxifen 500 mg/day; medroxyprogesterone 500 mg/3 weeks)in spite ofthe lack ofthe progesterone receptors. After initial worsening of the symptoms due to the appearance of a pleural effusion with a small pneumothorax, resolved by antibiotic and antiinflammatory drugs, the patient's subjective condition began to improve and continued to do so after discharge. So did the results of respiratory function tests and arterial blood-gas determinations. Table 1 shows the follow up of respiratory function tests and arterial blood-gas determinations. The radiological follow up of our patient showed a partial reduction of interstitial fibrosis ( Figure 2 ).
Discussion
Pulmonary lymphangiomyomatosis is prevalent in women of reproductive age 2 and is characterized by marked proliferation of the peribronchial, perivascular and perilymphatic smooth muscle. The clinical picture consists of rapid and progressive development of right heart failure and respiratory insufficiency of mix obstructive-restrictive type. Diagnosis can only be made with certainty by biopsy. This development cannot be arrested by either chemotherapy or radiotherapy; smooth muscle relaxant drugs are also ineffective".
The timing of the beginning and the development ofthe condition after uterine leyomyofibroma removal and oophorectomy! in this case suggest a relationship between the disease and the steroid-hormone metaboltsms>. Some investigators have described progesterone receptors in proliferating lung smooth cells and have correlated this with the effectiveness of progestin and antioestrogen treatment of the disease''. In our patient the clinical roentgenography and pathological features were characteristic of PL. Treatment with progesterone and antioestrogen, suggested by a negative response to other therapies, was successful even though the histochemical test for the localization of progesterone receptors gave negative results. The latter, however, could well be due to the fact that the histochemical reaction was carried out on tissue kept frozen at -30°C for 2 months before staining. As it has been shown that oestrogen receptors are no longer detectable in breast
tissue after storage at -20°C, this could happen with the progesterone receptors of the pulmonary tissue.
The subjective condition of the patient quickly improved as described in the case report, an improvement ascribed to a reduction of proliferation of smooth muscle cells in the pulmonary tissue, induced by hormonal therapy. Our patient continues hormone therapy, is free from symptoms and the results of the follow-up investigations remain good.
Despite full anticoagulation with both heparin and warfarin she sustained pulmonary emboli and therefore a caval filter was inserted. Full investigations, including total body CT, full abdominal and pelvic ultrasound, failed to detect any underlying malignancy. After one month she developed ascites, cytology revealing adenocarcinoma cells from an ovarian primary which was later confirmed ultrasonically. The patient died 3 months later from disseminated malignancy.
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The association between malignant disorders and thromboembolic phenomena was recognized in 1865 when Trousseau reported a high incidence of venous thrombosis in patients with gastric cancer". This relationship is now establishedand has recently been reviewed". True venous gangrene is rare but is usually due to some form of malignant diseasev". We report two patients' who developed venous gangrene necessitating amputation in whom subsequent investigations revealed differing underlying malignant disorders.
Case reports
Case 1: A previously healthy 49-year-old woman was admitted to hospital following a 2 week history ofleft sided pleuritic pain with haemoptysis and a 3 day history of a swollen painful left leg to mid-thigh. Full blood count revealed a haemoglobin of 11.7 g/dl; while cell count of 22.6x 10 9/1 and platelet count of 203x10 9 /1. She was diagnosed as having a deep vein thrombosis with pulmonary embolism and was anticoagulated intravenously with heparin.
Despite adequate therapy she developed progressive phlegmasia caerulia dolens of her left leg within 72 h. Angiography showed total occlusion of the left common iliac vein (Figure 1 ). In addition, no arterial flow could be demonstrated down the left superficial femoral artery (Figure 2) . Fasciotomies revealed dead muscle in both calf and thigh and because the patient's condition was deteriorating a high thigh amputation was performed. Her condition rapidly improved but subsequently the amputation was revised by disarticulation through the hip.
Case 2: A 56-year-old man presented with a 6 year history of pain and paraesthesias in the ulnar nerve distribution of the right hand. An ulnar nerve transposition was performed with no improvement. Two years later the pain had increased and bluish 
